On the sixth day, hydrocortisone was stopped. The infant remained well, but febrile. After thirtysix hours of fever antibiotics were started, but his temperature remained high.
By the eighth day he looked ill and started vomiting. Blood electrolytes were normal. On the assumption that this crisis was acute adrenocortical insufficiency, hydrocortisone was reintroduced at 10 mg six-hourly. Within six hours of the first injection there was a remarkable improvement. He was alert, bottle-feeding hungrily and apyrexial.
Over the next three weeks antibiotics were stopped and steroids withdrawn. An ACTH stimulation test on day 23 showed a normal adrenal response.
He was discharged home aged five weeks and has remained well ever since.
Other investigations: Insulin levels (Dr C Lowy):
Aged 14 hours, 27-5 microunits/ml, which is well above the normal range for this age and weight; nine hours after the glucose tolerance load, 80-5 microunits/ml, a very high level; urine insulin levels over the first three days of life showed grossly elevated totals. Mother's glucose tolerance test performed six days post partum was normal. 
Comment
This infant's appearance, weight and raised insulin levels all pointed to his being the child of a poorly controlled diabetic mother. However, there was no family history, nor chemical evidence to suggest that the mother was latently diabetic.
At the end of the first week the infant had a febrile illness with vomiting, unresponsive to antibiotics. Despite exhaustive investigations, no evidence of infection was found. Dramatic clinical improvement followed the reintroduction of steroids. Circulating anti-adrenal antibodies, derived transplacentally from the mother, were demonstrated. This may have been an infantile Addisonian crisis on the 8th day. Investigations: Blood count, urine, serum urea, calcium, phosphate and alkaline phosphatase levels all normal. Urine for excess mucopolysaccharides, negative.
X-rays: Skull and face normal. Variable osteoporosis of remainder of skeleton. Vertebral bodies showed biconvex deformity with anterior beaking. Long bones showed exaggeration of normal curve, with expansion at ends of shafts and fragmentation and irregular ossification in epiphyseal areas. Phalanges and metacarpals short with irregular ossification centres (Fig 1) . Pelvis small, but the greater sciatic notch was normal. Comment Rubin (1964) classified epiphyseal dysplasias as 'hyperplastic' or 'hypoplastic'. He further divided the hypoplastic group into the spondyloepiphyseal dysplasias, affecting both spine and epiphyses, and the multiple epiphyseal dysplasias which affect epiphyses only.
There are two forms of spondylo-epiphyseal dysplasia, the X-linked variety which occurs in older children (Jacobsen 1939) , and the pseudoachondroplastic form, described by Maroteaux & Lamy (1959) , which has the following salient features: The children are normal at birth, and usually present at upwards of 20 months with short stature, waddling gait, lower limb deformity, and characteristic X-ray abnormalities of spine and long bones, as described in the above case report. No biochemical abnormality has been shown and the underlying cause is obscure. The In addition to the original cases of Maroteaux & Lamy (1959) , a further three cases with a review have been published by Ford et al. (1961) . The genetics of the reported cases suggest an autosomal dominant mechanism. Differential Diagnosis Two conditions in particular should be considered:
True achonidroplasia: The normal appearance at birth in pseudo-achondroplastic spondyloepiphyseal dysplasia, the sparing of bones of skull and face, and the normal sciatic notch in the pelvic X-ray are all in contrast to findings in achondroplasia, the hypertrophic form of which would be most likely to cause confusion in diagnosis.
Morquio's syndrome: The vertebral appearances in particular may initially be similar, but the absence of the characteristic clinical picture, and the failure to demonstrate keratosulphate in the urine, exclude the diagnosis in this case. It seems likely that until chemical diagnosis placed Morquio's syndrome within the group of mucopolysaccharide disease, some cases of pseudoachondroplastic spondylo-epiphyseal dysplasia were wrongly classified as having atypical Morquio's syndrome.
Because of the different prognoses of these superficially similar bone disorders, it is important to make an accurate diagnosis as early in life as possible.
